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W. S., aged 61. Four years ago central vision of both eyes became misty, left more than right. Vision deteriorated rapidly for two months, until he became unable to read large print.
Examination two months after the onset of visual failure showed slight temporal pallor of the left optic disc, the right disc was normal. V.A.R. 3/60. V.A.L. 3/60.
There was a paracentral scotoma in the right visual field, and a large central scotoma in the left visual field with some reduction of peripheral vision to 5/2,000 white. The reaction of the pupils to light was ill-sustained. Three months later both discs were atrophic with slight haziness of their margins.
Since then the vision of the left eye has deteriorated to 1/60 and the scotoma has broken through in an upward direction to the periphery. Colour vision of both eyes for red and green is virtually absent. Family history.-His great-grandparents were first cousins (see fig 1) . On the female side grandmother, uncle, mother, two aunts, eldest brother (examined), son of affected aunt, daughter of normal eldest sister, normal younger sister's daughter, and her grandson by a normal daughter are stated to have been affected by the disease. The patient married his first cousin, the daughter of his affected aunt, and has had two sons and a daughter. One son aged 5 died of diphtheria and one son aged 34 is normal. A daughter aged 27 is under the care of Dr. S. Behrman, and I am grateful to him for the information that she is an example of the disease. There are no grandchildren.
The patient's wife (cousin) has thickening of the palms and soles with fissuring. She attended at Dr. O'Donovan's Outpatients at the London Hospital some years ago. Another female cousin has thickening of the skin of the ears as well as of the palms and soles. The patient's uncle with visual failure had thickening of the palms.
Comment.-The family is unusual in that 7 out of 12 cases of optic atrophy were females. The mode of inheritance would appear to be sex linked, with irregular dominance in the heterozygos female. Keratodermia palmaris and plantaris is recognized by dermatologists as a heredo-familial cutaneous disorder which may be recessive or dominant. A form known as "Mal de Meleda" in which hyperkeratosis extends on to the dorsum of the hands and feet occurs among the inhabitants of an island off the coast of Dalmatia, where there has been intermarriage for a century.
f am indebted to Dr. W. J. O'Donovan for advice on the nature of the skin lesions in this family, and to Dr. S. P. Meadows on whose behalf I first saw the patient at Moorfields Eye Hospital.
